scuring the retina and optic nerve, extended into the clear vitreous until just behind the lens.
B-scan ultrasonography results revealed a homogeneous, uncalcified tumor filling two thirds of the eye (Figure 2) . Sclera underlying the tumor bulged like a staphyloma. The medial rectus muscle moved freely. Computed tomography results showed an abnormalshaped, small eye with ectatic or deficient sclera underlying the uncalcified tumor and medial rectus (Figure 3) . Coronal T2-weighted magnetic resonance imaging results showed no melanin or blood in the tumor, which was isodense with cerebral cortex (Figure 4) . The tumor border was smooth and concave with a vitreous band, possibly persistent hyaloid, extending across the vitreous/subretinal space to the sclera. There was no extraocular extension. The optic nerves and brain appeared normal.
Malignant teratoid medulloepithelioma with persistent hyperplastic primary vitreous was suspected. Serial B-scans during 2 weeks suggested growth and change in vitreous density. Eye Cancer Network and International Tumor Board (New York, NY) consultations all recommended enucleation of this blind eye with possible malignancy. The 16 ϫ 17 ϫ 16-mm eye showed no scleral defects. On opening the eye through an inferior, horizontal pupil-optic nerve incision, a solid, uncalcified, homogeneously grayish-white tumor unlike retinoblastoma was found arising in a staphylomatous choroidal coloboma, filling much of the vitreous and abutting the lens anteriorly ( Figure 5 ). Where imaging suggested deficient sclera was a choroid coloboma with scleral ectasia.
The tumor, eosinophilic on hematoxylin-eosin stain, resting di- Figure 1 . Digital camera results show a clear cornea; prominent, immature iris vasculature; a small, irregularly shaped lens; absent zonules except inferonasally; and leukocoria due to a large, creamy-white subretinal mass within the vitreous cavity. rectly on ectactic sclera in the anterior retina/ciliary region, extended backward across the choroid to the optic nerve ( Figure 6A ). Areas of dysplastic retina were thrown into focal pseudorosettes in their periphery ( Figure 6A ). The tumor was composed of brain tissue strongly positive for synaptophysin ( Figure  6B ). Large, mature, crystal violetpositive neurons ( Figure 7A , B, and D); glial, fibrillary, acidic, proteinpositive, plump oligodendrocytes; and spindle-shaped astrocytes (Fig- ure 7A and C) were admixed with neuropil containing rare focal calcification. The cornea and anterior chamber were unremarkable. Lens epithelial and bladder cells had migrated into the posterior subcapsular area. The ciliary body was attenuated. The tumor appeared to arise from the retina in some areas ( Figure 8A ) and the retinal pigment epithelium in others ( Figure  8B ). The 6-mm, tumor-free optic nerve was atrophic, drawn into the globe under traction ( Figure 8B ).
Comment. Normal brain tissue not
communicating with the central nervous system (brain heterotopia) has been reported in the head and neck, rarely in the orbit, [2] [3] [4] [5] at the limbus, 6, 7 and in 1 case in the anterior segment of an infant's eye. 8 Intraocular heterotopic brain tissue arising from the retina or anterior retinal pigment epithelium was reported recently. 1 To our knowledge, this is the second report.
Previous authors proposed that when embryonal neurectodermal B A Figure 5 . Enucleated eye prior to (A) and after (B) an inferior, horizontal pupil-optic nerve incision. A solid, uncalcified tumor was centered in the inferonasal quadrant over an area of thin sclera with absent pigment epithelium (black arrow). Unlike retinoblastoma, this tumor was uniform and firm. ferentiation within the optic cup in the embryonic fissure, causing subsequent microphthalmia and anterior segment maldevelopment. The pathogenesis is uncertain; failure of a clone of pluripotential stem cells in the embryonic fissure to initiate normal retinal development may have occurred. This may be due to a somatic mutation in a gene involved in the retinal signaling pathway, such as CHX-10 9 ; PAX6 10 ; PAX2 11 ; Rx 12 ; or sonic hedgehog, SHH, 13 which are required for vertebrate retinal development. These mutations potentially could leave cortical development as a default pathway for retinal differentiation. Thus, a focal cerebrocortical cell mass arising in the anterior retina/ciliary region may be analogous to experimental eye formation in ectopic locations when the Drosophila gene, eyeless (ey), homologous to mammalian PAX6, drives eye development wherever ectopic expression occurs.
14 A germline deletion in SHH has been associated with iris and uveoretinal colobomas. 13 We hypothesize in the present case that somatic mutation in such a gene may be causative.
The finding of leukocoria in a child requires thorough evaluation to exclude retinoblastoma or other intraocular malignancies. This neonatal development of an uncalcified, homogeneous intraocular mass in a microphthalmic eye was more consistent with a developmental anomaly than retinoblastoma. With no possible useful vision but potential malignancy, including atypical teratoid medulloepithelioma or retinoblastoma, enucleation of the eye was indicated. This child continues to thrive without needing further medical tests or interventions. 
Sarit Patel, MD

Orbital Myositis in Churg-Strauss Syndrome
A case of orbital myositis in a patient with Churg-Strauss syndrome (CSS) is reported herein. To our knowledge, this association has been reported only once previously. 1 We also describe the previously reported ophthalmic manifestations of CSS.
Report of a Case.
A 55-year-old woman was referred to our unit with a 1-week history of redness and pain behind the right eye, which worsened on eye movement.
Her medical history included adult-onset, steroid-dependent asthma, diagnosed at 30 years of age and currently stabilized with inhaled corticosteroid use. She also had, from allergic rhinitis, nasal polyps and severe sinus disease requiring repeated surgery. She had been noted to have peripheral blood eosinophilia on several occasions for the last 7 years and had a recurrent rash for the last 4 years involving her trunk and back, responsive to corticosteroid treatment and found to be interstitial granuloma annulare on tissue biopsy results obtained 4 years earlier. A repeated biopsy 1 year later revealed an intense urticarial inflammatory reaction with perivascular eosinophilic and lymphocytic inflammatory infiltrates. Peripheral blood eosinophil levels, 4 and 3 years previously, were raised at 2300/µL and 2060/µL, respectively. A bone marrow biopsy obtained 3 years earlier revealed a marrow eosinophilia and an elevation of eosinophil precursor populations (eosinophil and eosinophil precursors, 10%) with normal erythropoiesis, myelopoiesis, marrow cells, and marrow architecture. Findings from bone marrow lymphocyte surface marker analysis and gene rearrangement studies were normal. Allergies included sulfur, aspirin, and certain foods, for which she had undergone desensitization therapy.
On examination, she had swelling and tenderness of the right upper lid and bony tenderness over the right cheek. Her right conjunctiva was inflamed and edematous with a 
